6 METERABEME (A, B:58-reductase &i#fE, C. D : oxysterol

Ta RiBRE, A~D : HE #&)
A BB, FFARREMBRMTLYF #5035, PIRRBIEREMBIEET, IEM
B RN TW3, B: /N, R0 EMBRET{Es & UKEERIEA IR
PERICFRMCATT D, REFRTEETH D, C: 888, PIRILERIRM
{ErEBETHY, HEBTHMENF#5h3, D! F/FEICKE, FaiaEmiatsrt

WHESNhB, BHNEMBEILEZL,

2. ERRS

34 -HSD RIBHE, 58 -reductase KIEE, oxys-
terol 7Ta RIGEL b, EMREFEOBREET S
FEBAGEN & B, FRBICHRRAY L MLERRT R
MI2EhTE 5T, BENCHEEZSHIRETS
5o L2 L, HEPEMREFEOGREET Y
&%, REBOTEEELERTHLEIND D,

BE AEGIR IR L T, IR LA
Wil Beded, WL, EZRFRERFERLY S -
WEBEE PR TEEISRELET,

X R

1) Desmet VJ, Roskams TAD :The cholangi-
opathies. In Suchy FJ, Sokol RJ, Balistreri WF
(eds) : Liver Ddisease in Children, 3rd ed, Lip-
pincott & Williams & Wilkins, Philadelphia,
pp35-70, 2007

2) WFMh—, BHFEE, WO%E—, b EEMHSEN
BGRB8 5 ductal plate malformation @
Fae. NBALE 40 1 30-33, 2008

Key Points

© BA JESIFF R 045# 1z, FRALMETEE
%5 MM EHEE SIRMIETH B,

® PILBD #8#iFr R 43s, NERBEER
PTH B,

© PFICT fE#iFR R 04580E, PIRRIE & V) {8
BT 2M0RM(L, FaiRoBRaREslT
%%,

O PFIC2 {B#FF R 0 iE#E, REMRRE
10 FREMREETH 3,

@ NICCD #8&iFr B 04583, R—BFICAERE
& (KEgMEE &/\BEREEDIRTE), BBt
I o, RIERIS, LB I#5hhdZ &
TH5B, |

3) Suchy FJ, Shneider BL : Familial hepatocellular
cholestasis. In Suchy F.J, Sokol RJ, Balistreri WF
(eds) : Liver Disease in Children, 3rd ed, Lippin-
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“ cott & Williams & Wilkins, Philadelphia, pp310- T) HFHEME | I8 NICCD (neonatal intrahepatic
325, 2007 cholestasis caused by citrin deficiency) ®#fg &
BB - HrERMOIBH S o BHEOH Ly, . INREESHE 70 1 913-922, 2007

FHL & BEER 26 © 892-897, 2008 8) Bove KE, Daugherty CC, Tyson W, et al : Bile
Deleuze JF, Jacquemin E, Dubuisson C, et al : acid synthetic defects and liver disease. Pediatr
Defect of multidrug-resistance 3 gene expres- Dev Pathol 8 : 1-16, 2000

sion in a subtype of progressive familial intrahe- 9) Setchll KDR, O'Connel NC : Disorders of bile
patic cholestasis. Hepatology (Baltimore, Md) acid synthesis and metabolism : a metabolic
23 : 904-908, 1996 basis for liver disease. In Suchy FJ, Sokol RJ,
Kimura A, Kage M, Nagata I, et al . Histological Balistreri WF (eds) : Liver Disease in Children,
findings in the livers of patients with neonatal 3rd ed, Lippincott & Williams & Wilkins, Phila-
intrahepatic cholestasis caused by citrin defi- delphia, pp736-766, 2007

ciency. Hepatol Res 40 : 295-303, 2010
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(FFIEBMIE)

PABE W B0

B

FRD S A b VIZFEEEE (hepatic coma) T
HHH, EFREIIZIFERIE (hepatic encephalo-
pathy) & X RZ EAS—TH H, RRTEIFHE
e & Fi— L TRRIRT %,

1998 £ Ot FIH LIRS &1 B W T REE
DEH - 5 - BIICOVTEHEE R R, 2002 4
CHLeSEXERSRL & DY CoaH
1, A BEIFAE X BEE, B PIRKISER
Y v MK BME, C:FEZEIC X ARE, &
RBICEDRES 3 DIEHBEShTHY, WK
BN EHEERSHTH 5. FFAEBIR T,
a5, MEOR, BKOSHELKRE, FREDR
B#eh, K Na ME, SHFEOMAE, HILE B
RETHFHRE LT, RHECHHBEISSETTAS
DDy, FAETIRINSIERECHRE S #
BICANTHHIh T A,

1. ERERREEIK

FFPERRAE 1K & < FFRIEIR & SR AE R I 4
Faha,

1) BEERK

W EER S — 2 OELREEOELL - T%
E - DR R ECIRE Y, RENPRLMESR, 9
RAL, LRI, FE, SAE, $HEl, BT
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*EBREEIOSAD DO T,

B, FRMOTERRERE, SEICVAZETRVA |
NPT LAOREBENS LR, bHFETE
K205 LA SNT B, COFFHHEC
B » MHMERGRERE, FCE)2y
Thbo &I, IFHERIE I ~ 0 BEGAEMITE
BifE (MHE) &b Jih, BEOWEEELY.
EIMRTIREELC, Rk, BLICHEISH
ROUROMTFLUHEHELBRT, MkEY
HEDRERREADETETMT A LAEET

Hbo MEOBEZBROBHOIKENFA LD
T, retrospective \[ZJFEMREL HIETEH T LD
Pl v,

2) MHEAEK

WEREE, TR, P SRR, EDH%
W, WEEE, Babinski K4t 7% & @69 K4,
R - REE, RENAEOND, &I, Fidrs
RIRICIF IR [~ IS B W T T b,

PRI Z R Y M3 L5 B L, FHM+iHR Y
BEEHI LIS VMBLRT b, £/, 8
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%2 PMREFADIFEEELEIROLE

|EE-w@y xLousE

ZERH, B OREE
E5LEL, RICEHHVIKEE

f8dH (B, BAR) BE, PEWMYERD
(confusion)

ﬁmﬁﬁﬁ?&étMuaf

[

RURBEN 53
BAOEH, EFRAN VX

35’?9 LTHEDTWHIRERE
&5
BHEBBEIFEDbEWT

BREBBHIEDEW
RAMEREIERDIET

Dﬂ‘ﬂ‘t—‘iﬁt\bz_é)

LCELERBERKET LR EARRKEBEM

HEFTH A 3, B3 3VRILEEREN
EEICHRRE BEOMUI U CHIR | SEBNEEH(LEAEEFE | ERULI - TR
, SENFTES) Bh, BY¥) 275 FUHLT3EEIBLTEEZR
EBILGBEENH-HUTEHY, BHOE | BEELHHZY, BEVDBEL, ir3
TRICIERED RV, EAEEA SV (R

MMEHSICSTS, £Ei

MUPFECBRTEES L

v, RIBIEEE &t 5 (BT THIBT 5

o | TR (XA RS TLB) RUPBECETEEIL|
ST TRIRL 5 5 7, EMORERC | CHRTS
BREDEL, EEREASL (BELH
e O RR) e L
v | FE (REEERONK) FARMTORBLEVN, BELIDLY, WOOTES &
K

, | ®EE | mammcEs<RBLES

RAFBCDESCKRIBLEW

*[BHeRBrabtw] B3 H,»BETIRIE, 3HBLBRIECHEESNS,

 RERREREEOHIEICE, MEREEE AL L THE
<, number conection test (McHEFn-HEr
FFHFICHTHATYL), XFE2HEIEE, Y
MHY, MEOHETE LHICINLHHIRAL—XIC
TER DY,

2. 2 W
MHE @i & BH, KR [wob e &z
AR LHh] REBLTHEEICHET 3, £,
BE7K - % Na MLfE, #5494 bAoA VIERE,
DERIC L 5 EHMEE L OE, REOHFHEE &
MO FEOFMERET HUEINDH 5,

1) M&HRE

T V= TSP AR IS BRI 3 A T B
WHROKRETHY, Xy K4 FTHHBICHE
TE&BH-0, FHEBEEZSE- 25E 2, L0
5., LaL, BWEBEOHEICIZT VEZT
RTERL, HEEE ARERY VYV TEE
v, RIEHET A ALY, ENalllfER EWIC X B
ZHRFOBAMEEIC X Y Ko 2RIBAILANE

KTAHIELDBERTHLEELLONTVSY, L
1o T, TVEZTHEMEELS E Vo THE
JEEEATEL TlEWiF v, RS - R 7
I8, MUEAT A, bk, FLEE - ENE Rl
EL, REEBICL2EREE+ENT 2, M

ZxUFr, MHEIL-2 L7y —, 25A &
WEE#E, R -3 7uaruar) », FDP, D-

dimer, AT-I % &ED, WhbWEH¥ AL bH A V5
BEAZWNEL, MIRAREERFZILDELL
YA A CVHEEC X B BRSBTS,
Fischer i ¥ D 588 7 3 / B2 (BCAA) (¥
Yy, ud v, 47U497V%§%7‘/@
(72T o=, FUV)DENVRELTS
D, FREEC Gi 1 UTIETT 5%,

2) EEPRRE

MR B & D BB ESA SN R WBIBICE
WTCHRELETHIENDLHDT, HERMED
NI BB IE 2SR Vo IR D 4FRAY 7 N AT
RELTREEASHEDO T AERKEILE 3 4
EOHMBTH 5. 3 kL id 1.2~2.7Hz Dk
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2%, Btk — Btk — Btk D U kB — Btk —-
FEtED 3 HITHERL ST b, IRIFIZE 2 Ha8
BbHKRE L, HHERIZE 3 HARLEV. B
EDRMEALIE a % (8~12Hz), 0% (4~7Hz),
RIBOKE LAHAZL 6 3% BHz ) &i3x—
SEDNEFTHATL, HERICHELTHEETS L&
WRHDIE - E 2TV 720, HRGEROHE
KHFHEMTH 5,

Bl T b BME RO SN i MHE I2BW T
Fa TRl E TE 3L (critical flicker frequency : CFF)
BEHTHS LOHmENH S, CFF Lido
WREBRTEAHBEROBERATHY, TR
WE S0Hz BEEE s Twb, MHE Tt CFF
A 38~30Hz LT &% B,

T, HARFBESTIEZ Y 2 210X 5T
FEZWIHIBIRTE Y 7 b & LCHIsE & THiHhAl
e (FERE) BEY 7 b=V 28
A5 LT B (http://www.jsh.or.jp/medical /kinokensa.
html) o

3) E{HRE

ik CT & 5w id MRI THEFEARE 2B 5,
FFHERRIEASEITS 5 &, ORI RRIED A S
N5B, ZEHEHETH B0, #ITT 5 EREH
WAV =7, BHIC & 2 NEEEEL & 0 JET5%
MR EEAA SN DD, BRKREOEASH
oA DR LRET 5 LE D 5,

B amoameamsst

FFHERRFE D D BB L S & UeH:
FALOBMEMEICBVWTIE, HP,ICERL Y
BasddIl, MREMNBEREZRSRVE
&, BUEFRAECBWTIEERL XV o%#EIC X
% QOL 2 LS€5Z EThb, BIFIRIFAE
% E7-TREICH S 5 %8, MERT (BEOH
K obkd:, FEWEOKRED L OREAENH] A
LThb, BHMLAVOYBERLEEHIC, £
CBEHRTCRYS, NEERETHESRAS
N WHERFBHEOMIS - ¥4 3 V7V EBRET
HUENRD D, BRIEIET L THh O OB~
DL ) A 7 HHES 70, BUNCHEMESRA~S
ETHIENFEE L, BN, IFREME

TdH B/NREHE & BHISEHE IS > TV BT~
DEWEHLEE L, LAL, bAETIRZOLS

MR E b Th VD, EHE, g

ETHAH/NEHED L UBHIFEIGEREL, I
BT HERE R~ DR DR % &0 THRE § 5,

1. 25518

0B ECINEEASETT L7234, b L sy
BFHMINEHEEE ICU FBRPFEE Ly, I
PLEICHEIT LA IR ERIFE I & AP
MbLEL LD, ICU ABRBIEEEERE L

TV A —VAMHESND S ENH B, 7Y

A= IIFTORRRBICHEL, I barr
VTOIFINVF—EEOREE L), BT VE=
THERHEET ¥ F— Y R 2R S5 EHR1DH
7%, HHLEV. v =M=l 0.5~1.0¢g/
kg/Bl% 20~30 4T 1 B 3~6 B SilHEL T
Ho ¥V M= IITEEEFIRIEM D 5 DT,
TASIC K BIR - ZIREFICIZHER Ly, THE
HAEZ T 570, EEEPRIIAMICHERL, Xy
FIZBEERE 30° 2 L35, JhidiRmigo
A7 WO THRS D 5. Trendelenburg AL,
GHEpE M, FEELE, & L CFBEAI~DZRED&
EE, AFENES LT A0, BT 5,
B R EIRIRNE, MiAKEOREE 25, K
SHRNUAHT B AR + AR R TH B,
EZEEEET Y, S8 RERIN R K ENA
[l H R+ RERZEER % & 2 5 &8 fRED
52 M EENT TRk T 5.

2. ¥ ¥
FAERIERALTTEDN A SN B D, FLE
AT —HlR - EERBRETO LV, EiREEE
D72 HFE RS 20 35 & 1T I3 O R IR SR 38 &
L, 7F78x2dq.0E LIDEET, RIEKTDH 35
keal/keg/ B (A T 2000 keal) BEE 25T 5.,
RS AE O BB ERTO 7 Y E= T O
HEHI 79, BEEIE 10 g/ke/H (RATIE
40g/H) (MRS 24, FHESELHERIFELA
5, LI ENEHRMICEBHIRZ FRT
6‘5,6)0
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3. BARE

TLVT—EEEBEAHE RS THM TS
1 ¥~ 50~100 mg/kg/H (A 2~4g/H) %
BE5 5. FBERRMETH B, BHREST
X, BEMEREECHMEL K ORIEARALNRS
CENHBID, FiodE C BWERERE (F1)
b L EFHREREDBEMEDHBEDAICH
W, RHHOfRER 5,

B A BUFFHEINAE (32 1) B0 720 Ik
IHEME RS 2 R T 5 0% F— 21k <,
ECITHAFIA YV IEBEHEREETA-0EEL
e HEH 5 1d bacterial translocation F o 7=
DICHERY)IF Ty BBIUTARTFY P
B # OIS LT3,

4. $BTE

727 F2u—2 03~04ml/kg (A 10~
30ml) % 1 H 2~3 ENCHT TS5 3259, &
CIASR e 2 5 & Ve 4 50 B s A Bt
SN2 7 F 20— 252383 2 +457%
IEF VAL, F7Fau—AH52LD,
PROTHETN AL 2R R s, &
HREOMEF 2 R T A E2h B, S5,
JFHERIE ASHEAT L 7 B8 TS B PHRERTICIE,

BREED Y AT DB BT, T Fau—A0KNO

bLARREF 2 -7 255+ aRETESE
"APN

5. DT I /BRI

FHERRE I § 2 807 3 /8 (BCAA) @
HSEOHRIIOWTIERZEZ B LA T
B, & ICRUEF% T Fischer BAME T LT
WTH, BCAA BT LAYMLTWAHb5 3
DT, TI/BOWEFMLCro&E5T52 L
bbb, NHZEBE~DOED BCAA BH o JFH:
BEDTFHIINT 2 MR shThy, &
MEERTF—5 b H 559,

6. ALF#hshiE

BRI A 4 T4 P A i 5 R BB 2 0 7280
W, MSEZCIR R B BT AL L 2 B YA D
Ho MEENTIXMAR, WiBE, BB

DEREDREL IRV RAE B0, BBOH
BifETITIRETH B,

I ampssn S BRR L aRNENES

FAHA~C VT RUIIBWTHEDSES L
TSI EE S5,

o A THEERBEO [FHEF£CHT 2
FFRARLBIS A K54 » ] 2 BZ2 I CBHOMIE ¥
WET 27, ESEHA FI4 > ickr a7
) ¥ TR BRI, RSB E 5~7 B
AMFE L THHE L FH SN AHEICIEFBROE
BEEZTWAD,

o CizBnT &i)ﬁ?‘fﬁﬁ‘ SEELZ-#EM
WRE TOERE R s e PO GOHEDN T~ b —
ZITIAS, THOHOAMHED 2 > b a— LAsHEE
AR BIRO QOL SHE SN TV AHEICIE
FRMOBIRL 5,

Il amoeT

BCOL ) FLELERATRE T2 LEHD
RLTETHEL, EH - AL ¥ —FERE
(protein-energy malnutrition : PEM) # & & (3
LS5/, BEADSEH L BRZERH 18
BORBANERT FHERIRIC & 2 S IBHER 2
EHH SN B HEITH late evening snack  F [
T 5o

RECITEMRIERL I 3R 5 b, IRAED & B 17213
HiET 5,

A TLHFHl B AR R 3 30 AR VD 1B AT i B % I o
EEiE~2 R (ERERREEEN) 35
», HERIGEMREZHELICKS L, BE0s
i< MRE MR-, MPRE T 4
HEAH LN, +HLRESHERTE TWhiEd
k35,

VES R

GHEA T arn—D2E LT, IFBHLILRT
%o WAFBHEATIE S, IHIE I — B
BICH 2o DAETHEEIZMWIE FF—2 4 %0 .

— 120 —



D, BREFBHEGHZITINETHE, WEF .

F—A{OENLVENE, EERBSFBRHA T
avekidd, BROI LR LA, KRR
K+ —DBREE»OMBHLERICLEb0TE
it o,

Key Points

@ FFIEERNE | ~ 1 L BTEMERTMERE & B &
Eh, BERIVH#LC, Rikd 5EEROHKTF
PHREFL(BRT, MERMREELE
bETHET 3,

O KRB MBERERR - EOMBOERER
Lk 2EREEEENT S,

O EHICH =3 TLELEDRIR, REHR
FRIETEEBREL, ER - TX V¥
TEELICELE €S,

O BRI, FREMETSH 3/ MERE, B
HHBEE OEHNVDETH 3,

X ®

1

2)

3)

4)

5)

6)

7
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MAROBWFA 42 (pediatric acute liver fail-
Cure : PALF) HEENSY, #FFED, TRl
RV OFHESHE LW EEAORMFARE LR
- Bo MATRHFEEIZIFENE  BHITFAL = BIE
CRRE XERD ZEBBV, MEIRS, bAET
CRHASh T RENFEDESHKE L TIAMIF%
DM TEHELRDDT, HEOHRERE L R
MERHFMETE, 351, FEORBE (Hik
WERMS VAT IF—F¥OLR) »5 10 AL
PICE R E 2R 2 2ME, 11 BUREOM %
BRaMEE LTwb, PALF iZF£LADRE D
EHTBY, ThEERR»SOMELFAKTD
%12)0

PALF 34 THETAFKREL RV, Hbn
REDBOPNTWEdo=fbEE, WFhICL
TH, ERICHELRITFREOEILD 5 W idFHile
 DIEFEREIE - TENA S NEGHERFICLELT
ANV X, EEEK, WE (ke
B EDBERICID Yo LA L, FEEEAREH
HEELESFZOT, WREOBELE FFED [&
D EEV] AL IR EE/LICTED ) P,
HHVIZEEICED ) o DAETIE, HANEF
RS ICB W TUMNRERERRE2T —F 77
W—7 (WG) ERENEH L TW5E, 2D WG
WL D FBEETIC L 2 EERE (% 7ubay
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PR HIRE

Y UK © %PT<40%) OBE%* [REFFREE
ER, SOICHFERE (FESEE IR O
BEULEZEIHE&%2 RIERFAL] EIFATY
5%, F1IC—#kM 2 BERE (E4 1R
EFTLOERHRBRENT VD) OBIHEEL
NROFFERE (BIE) OGEERLz. $7z,
R2IPROBMIFREE & THHEWHED
BB ER L. ERERAYICIE ALT (GPT {&) >
1,000 IU/L, %PT<60%, #¥ ) V¥ > >2.0 mg/
dl DBFiE, EELOTREMEA D 5 O TABREHE A
VETHDH, BIEMICH L TEEL2SZ2TET 5
v

QFEFHEHRELZERTAZ L, KEICL Y FHIE

HETE 5,

@ MENRELMAZ L (E 1,

@ LFTHEE CT LBEFERECHFKOEHOA
EZMBI L,

@FF AT IF—EHEEIR 6T LS EEL
DRI 6, & ICBIEERF 228 Wilson
REFREFERHEOTEFI VAT 3
F—EHIEEED LRIZAS A,

@7 v E=TEIERET A 7 VRFEETR
VERD B (200 ng/ml BE) 1217 S B v,
B SYIREMIFARLIC BT A EEMICH LT

BEZLTwaEY, RILZOEREFT LD,

b EELganmneEs

1. KRIEEHE

1) MERRETEA L QIR THI AR {, BOE
WATHETHAUIHIR T 2 VDS, BEHS A 7 VE
EHHHHEEEAGIRES 5,

2) FHERAEDSH 2856, JEEFIUEE 0.5~
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® 1 BUEFFROBHELL

BUERFR L3, FFRD S bARERERE 8 BLAICEEOFEEERICRSVWTEE
HEDEORFSEMELZZ/AL, 7O ECEEN O%LTERTHOOET S, 0
I BICIRERERE 10 BURCHEEN/Mr BRI 888 L, 11 BLIBICRRT 2B

wHd,

E1) RITTIRUEFERBIGFET B ICUERIERAD» SN T3, 8L, BRIFRAD
1 W ZADEEERES v )75 5 OB ERIERFRICEH TR,

E2) FERECEEESTIEE S BVNEFRT— 723y TICESC*

E3) 70O ESEEN 0BT ERTERD S 5, FHERENBH S i, Tu
U HE | BELIAOES] I BT REER, MRERERH S 8 BLIE 24 HRIA

x4) I

* % 5 @/}\Eiﬁ‘ﬁ'? Jiav Tk

(B EE || BRI E ORE & BB ¢ 3 ERLEREFTE (LOHF) (CAMT 3,

THRAEMRET3/NRRERFT2ICE, LROREFRLIIC, SEOBMERT
HEEREICNA T, MRRERRENELLOEREEEELLALTOENES

T, A W, BHIFH, EOEVRERES EARMEDERBIC L 37RTS, Wilson
FB-@BFASCME - A77 b—ZME - FERANETI/OAT b~ XL EOKBR
., MBRARERFCHERANNANZL EFRY AN ZBSAD T 1 b AEBRE T

EHRIEMRERERBLELT,

VwWObLHUTERI TV

HREM TH &4 L
RYUBREEN 63

RHERTR (BHERFTE) K893,
& 3/NRIFEREO SR

BEHLTEDEW

HPLTHRDEL
BRI EDEW

BAFMICE - RBLEW

(HAADRBIFETES WG 2L 5)

2 MRMOAMFTRLOEEKE # 3 NRAMFTRESRHICE T 3BELEDTH
e RHR MHyE  BMEIAURITIULIGE 1) RENAHEPNTFMEIEETHIIFIEBZTEEN
ERKH FHERAEI/OT I~V X, FO #1ONMNROFEEEOSENIEHTS 5,
2% JLmE HI37 b—RME 2 | EOHUERE TS LV, BRICVWOBERALNIE
WARATHESL & 5pHL DR,
ILkhIRME BURE  HBV, EBV, CMV & ¥ 2)%&&@&&&%1@&%&%&%@(&5
EXRMEE REYCAINLERE I barr TENIERBSRBET 3,
= T REE, BIHERAHRY, & BHERFAEY 1 LY SRR T TCICHBEENZ &7 S
ARSI & MY LRIREL & WELWEBIEEWZ EFBL,
A HUOh A, BHSRE I 3) BE@EIETETS
k& M TICUPT 40%%kiH, LrHERXIC KR
wEEE O, DEE, VOD ¥ FLRSUEVEESRERETH D,
T HPS, STiEEE AHGE RELMETRIBREMOBHAKMEBL I LI H S
HEM BEEE  HBVY, EBV, CMV 5 & NDTEET 3, MBERER E COREEEMIETHR
£HREE Wilsoniw, U LRBELRE BTRIC—FEOBBS T TITI.
FEME KU OWhASE BEHSIME MEE D. Bil/T. Bil lelz ATHF#BIEFREOERER I
i CWOTHERTS 3,
Z0Mt HPS, SAEBR, AH LY BUN fOET (4 mg/dl WUTF) EEE/LCFRICH
P BTh 3,
HES | IEARRMIER Al : BSRMERN VOD: AU BILL A AT E = PRI
WTERYT 3, SEABHRMELNEERICER
L#rwy (200 ug/dL BitkE TOZ EH B
4 —_

3) BCAA BAlEE 7 v E=THEZET

BOTHWVZR,
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2. ATHFHEBhEES, Mk {Lark

H#vE LT, FERERRBETC ) vE >
R, RASHNERETICERTS7 LTI vR
BRT % EO/MTE, F4 A A v LoSlER
ELERT 2 REMAOKE, KEMEOHMIE,
EDEBTT S,

3. RIFHIEE

LIS, B4 PAA CIEN D B SIZH W
bNb. A7 04 FIZERFEEMEAL L7z & 5
TAHMENRH S, P/ RKY A (CsA) I1EiE
PALL 7 THIlRZ 6T 20H %69, I bay
FU7EOREERD D O ETH b— ¥ A% RS
WHETERESNBEY, =1L, Wt FES
B PREW R DBIHSEDFHENE L % 1, CsA OFl
TERAPERINE-OBHANBELHkT oL
BRYUTHS, FEGITIE, BEFLICEL 28
FAREThihid, = oFHEMR,L ¥y -T2
Y BWRIRNTH B,

|
)
Iy
@
¥
§
:

4. FOf

Hnpy - (s &b &), &7 Y E=7THE,
MRFEEE, MNEEE, MR- JEBVEE L B LT
bhad,

I 1cU Azu R TOME

FATBRT= X H I, HEELDOK LA W4
— AT O EEN T TH 5, & ICEHLA
VOETH% L BRICEATYS, AL H 3,
JFEFEA R, %PT40 BlEdH B, M/MR 10 75/
uLBE®H 2, BEYIVE L/ 10 mg/dL YT T
Hb, LENED B CHEICEBE
B35, Bl oFAH Y, FD-DIT%PT #¢
(Al & 4T L2341, €4 3> K 1mg/keg/H
% 3 AMMEFHTHENS LT PT HOKBEOFEE Y
ETH, BWBEBEIALEDICHEEAERL,
BRHEBFEEZTIT). WTFhicL A, alFreL
RIHENE, TENEPICUDAY v 7Hs Wik
MNRDOFFFICHELWARBEE Yy 7 & &
DLAs, BBZEABIEI L,

® 4 ﬁﬁ?ﬁ’lﬁzﬁﬁ‘}ﬁ{ N

X:ﬂ? ) {fjn ;0 i 1&’ *22 L
%ﬁi—%@ (El) 0~5 6~1O M=
PT (%) 20<  5< =20 =5
T.Bil (mg/dl) <10 10s <15 15s
D/TH 0.7s 055 <07 <05
MR (7) 10<  5< =10 =5
e ZL &Y

¥ EIXATHK ELEEREFUME T30, R
F=AR=ZILHEW IR EEFIESE
BHTA300EE LU,

(REEEDIT - N0 4 2 A TF7E HE i
HRGHET—F T N—FT)

W FistEmsRa 3001 ICU ADRZED
LI

HFBHLC B L TRk R B iR I o BlsE
FFRGALE TH SRR LB A 4 K5
17 (R4 #HYO, ThidELESORFITE
MRICH BV TRETH o727 SOAIATTS

AU ETHIIEIE TR 84% 7% 0 TR

WRETHLEND L, T, ICUNEB IV
TRODHDIEES TRV, HFHESIE, TEH
A, €IV K5 LTH%PT 40 Y. FIC
OB, FA MAA VRENULETCHDL, L E
EHLTHEY,

Key Points

@ NROSUFTLOBEREZETHY, §F
%(iﬂ)&b\o

O MEEEEY,
FRRTH 3,

OEE, NETH, ARMTARRIFEMEIC L
WRGENF S LTS,

O ARATERPIRR T & N ISTBHEATAE & FE sy
ICHET 3,

BRERE, FERErEEs

X ®

1) Brandy RL, et al : Evaluation of scoring system
agsessing prognosis in pediatric acute liver
failure. Clin Gastroenterol Hepatol 6 :1140-
1145, 2008
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2) Squires RH, et al : Acute liver failure in children.
J Pediatr 148 : 652-658, 2006

3) EHPo, b SRR BT 2NENEREIFE
HMofEdk, AR ESESMLE 29 : 583-589,
2009

4) SEHEEARREE, b NBOREFA LIBT3 Bl5E{LD
B & AT A 6RE, BAVNER SR 114
44-71, 2010

5) +i B, Al NEMOBERTEOBED B, A
WE 49 1 1885-1893, 2008

6) #HE W RBHEET A K54 © OWIT. BiEto
W - DA M B TIZERIE. T 20 FEERIES
RSN (FFERER FNIL)

T) H B, A TREITAH T A B HGEIS A A F
54 ¥ | ORISR R 2~ . FFE 51 :
582-585, 2010

— 125 —



176

OB (1B, MESEW, MW
Z 0t
INREFSHIRTT 5 - FHERE

Extrahepatic cholestasis in children
Key words * Bt 5 o8, JHEMSUE, JHENGRAE,

i3 U &I

AREIZA SN EICHADREICERET S
fBIE S ofE e LCid, TRERME, RIBEIER
fiE B RE SRTEE), ERMEIEEE %,
JBARIEZ EDRH D, TR LFAORL S THF
PHCHIBERERRDO OIS, RIBEIRES
RAE MR CHFEMCBALATHwEDT, &
FC/NEIICIFAR S oS RTIRAB L L
TEELZAEFSE & BEETmILERERLIID
WO T .

1. FESEEASHEAE (biliary atresia)

a B E

B B SR VB AR T R RS BR A AssE 2 B
B B DITFAEH ) oW R R, FERF
e LTI EEY, SRICBEHERFEE»S
FAREE RS BEEHEAHTH 5755 IHEMHH
FEIZRP R ED 20D 5L THEASENT VB,
ThbbBRELEZ LN 5 perinatal type i
D E0-90% % HEOTWE ZD¥ AL TiiHE
EHORE2E, Mo 0BEIIC X Y /RS
AT A, BRMICHARIZERILIE L
RBA o0, £ BN EEITHERICHE
19 -WERETE 0¥ A4 FIZFMEICIRYE
DOEZERD, EHHFEILR . MOy AT
12 RMDEF S { embryonic type & FHEH
Twb, THIZEED 10-20% = 5O, HAER
BN S oA LN, FFFMICIEE R
BaRod, GHAREATLIIENSVES

JRFEME A LIENRE %

B E X

NTWBY, 0% A4 735 B ENIE 3
BT 5 EETFRE R ductal plate malformation
R EOHGEFHEU SN TV B2

b. &% - KA - K&

EERNI ARG R, HAE 10,000 A1
ADEETREL, BEHELZV. BXliids
BIZ1:2T&RIZHV. FHERIIAHTD 5.
4% CIIBEE A E (ductal plate malforma-
tion 2 &), TANVARE(LF T VART Y
AV ARG, MATREE & EORBLAHRIE S
Nniz75 BRATL—IXHICHBETE 3 ERI
BHETERw, EELAEISOIEERSEIR
R EFNBEOREREEVI LY, vwo
T2 AR E VBB M S D REIIC L D
TR ERRITLLEEZONLIETHA.
AR L7z & 95 WCHFAMIEE O sE &R RN %
RTH 5, REIHEES L UCHAADE
BRIZEE FHE LTS L BEOYE
PEEEPT I L D YETTREE & AR 5T
LA H, ABHGICIIEICAZEMMIC L b -1
Bz ohns, ZHAETIXEEROFMIBE
EWHELTWS NTEIFKESTEEDTNA.
AHE O SRR OIBE DR EAT RIS E L
T-RERASRTH 5. IR D o Bl
& 0 AR RRAMERE L (FIIRIR D MRAEEPER) %
AL, FIRRICBIT5MEEEAENA SRS,
FIRIE O SER R R E R EE o B b % 4
H(E1). BABBTIESERL 2B EFELE
L5,

Tomoo Fujisawa: Division of Hepatology and Gastroenterology, Children’ s Center for Health and Development,
Yokohamashi Tobu Hospital HESHHEFHIEWEC &bt vy — FFREELERM

0047-1852/11/¥40/H/JCOPY
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FF - IBERERE (B 2K II FFoHEER 177

1 IEEEREEOHSHERICES
FFE8FT R (HE 5BiEK)
ERCRERBRELSRAL NS, FIRRICE

MBS OB BHEAA SRS,

c. fEW - FRR - 2H

EERIIRE FEX v—-nrRE0i
BER, EWEGTHL FEICHL TIIEHE
REBEFVSZAFB LY BIET S, #YEID
MEICIBETH B LHTHRHME, ETH
L b, BHHEREARD T B LEEIE S ) — A

ErLkEBEERY, REV—arXeaiid,

BLOOWAIKEBENSEBOARLEED,
bz wZ ebdhsb TET) oWICE
DEFIVYKORMKHEES N, ZHIHESIHE
ERRIILR - TIASFIEEROZ &5 47% <
W,
BIRAES®2-3PAFITTRTATHASD
BWwaS 47 B2 B X5 EHBERR, FFRILHE
KW gL, Ky vy e, Bk KEES
Y% I Y (ADEK) RZER 5T 5"
KEOHRBW BRI LVWHIERELEY LY
v 15mg/dLLLE, yGTPHEME, F5VAT73
F—CBELALENALNS. FEBRErFR
IR L7274 BEERE I OMRS
I ERGEA 0 = A O F = 7 — IR (triangular
cord sign) DF Y, FFRES v F7F T4 —T
OV Y FOFHEEHIZIFCEETH L. 28
EBL LTI ) o2 RIS OREND
A, i Th Alagille FEEE (AGS) IZEET
5. AGS TMEIGTIIEFBA 2 ES, WEIR
PRI L B LMY, FHREORY, BRNRR

F£1 EEPASEICXT T 2552 EE
IR B R
FPEBICH A RIHEEY & triangular
cord sign & L THili§ 5.
HREY v F757 14—
FABE~OFEHEA A & i,
T 2 — 7R H T TR
BEEHE DTV ¥YLe
UEENRGEVWI L EHHTE L.
ERCP .
BEOMBZTITbNLY, FREED
B, WRICHER.
Fet A
MRRIBR D KAE, ML, MIRE A 2
L, BEMRZEAL, EraeBHa®it
Ek L
RERBAE
EHEMEEELICL VHREZWHT 5. W
BT BOMEZO DI FER (wedge
biopsy) 217 3.

‘# (embryotoxon) SA LN 505, T d DFER
MEHM 2 WHIL B 5.

d afE - T

BB E & DICHFHECETT 20O THRER D
ENDBRHICFEM 2T, BEOHIO% % HD
LY EARELERPREY AR, “wbYwsE
BEFEMEITH. REIZFMIBOMRAZE LKA
Ex YRR ZOUNELZ ) &) IS E
BEErYWAEL, UNEICHEET AMNEE»S
WHT AT ZECENEICE DD TH B
BHEFERBOABES LT, ETHBEERIR
SEETHY, LIEXLINMBEEORRKE &
5. FHEBEOBCBRIEGIE S UTEMIRE
TEEFS Y, ERRE R TEEL S
A LNEY. F7PMIRETLEE D PIRK
BEREROBRE U TIFIEGERE R MRS
MEFEDD 5. BRRFICBEICEREETEED
FEF, MIAM BT BRI T4 CEE AR
T 56, FBHHFEMIEA SN B DA IERT
B, THE R R R P AR I & LFE RE (3 BT BB
DHEIEE 2 5.
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178 A BRERK HHERIVERBES U —-X No. 15

2. FERMEE{CMHRE % (primary
sclerosing cholangitis: PSC) - |

a B =

PSCIZEEAH DOIEERICEBIT 2B &E &
MAEILIC LD, RSN OIRER IS RIEDORE
RUIREZRL, TR FELS I ER
TAHETFRAROERTH S, HO»RER, #
ZXMBERA, B, ARMIRELRE RE
DI D 5\ VIEFM 2 &CH FEBRO R A
BOLNED, IhbiIHEEEEMBEEAL
INPSCLIERFIENG. TLRERLIZLS
BERFPEFNCPSCCEML-EGHREZE
T BB B,

b. &% - fRRBAE - BBRFFR

PSCIZ/MNRICRBDOTH RV E ER TV

JEREERBERDSRE 2 BICK U T AR AR
FEHMATYENRE & & (ERC) %2179 A Hsin+
BE L HIEFMBIZEML TV A, MRS
EHAERPHE ST IR TOEROBEITAS
nad5, %10 RROBPEFAZ . PSC
TIRERICEEEARE %, Crohn ¥k, FERFEH
KR ERIERB RV EHT S, BAD PSC
CHLT BORTREEEBEROAHRIZN
5% THY, BAEETIEHS0% & SNhD
KERRFREL T 5 B0 2 I KERE
RAOEHEEIEICEH AP LELONE,
EEOIIPSCR B BEA IR KBERRER
EHLTOBEPSCHDITIZTLBIICEELEE
RROBHAA BN,

BHE QDR TR PR OES TR E
hENE 1gG IfE, % IgE MfE, IFRRBRkESE H

HHLNHCHAE L LTHEHE, P

PUF BRI = L OBERENE S BERFICH
CHRENEE L TWATRERS 5.

INERDOMERERITRANCIHARD & IR
BRIENEL, HEIINNBCEDLNL.
BRI, BE AERD, TS o#ick
WY 2REE)EEREVORERE B
BHB. TR, mELRERERBEED
ERBALNLEELH L. FEEICETTH
WTEOE, K, MEKR MM EAAShD.

2 REMR(EMBE RO ERC &
FFRS ORRE D3R & A IERHEIC A S D,

M AACFERRRIE TR 9 - 2 2 5 Frek
BREEVNAOND. THbLLEREFATL, &
TIAYERRT 7 & —¥(ALP) fLEE 2587 70 %
WO Lo, yGTPE, P VA7 IF—EfH
DEFEVBD OGNS, EAFITIEAEBERIZ ALP
BEVDOTHA ¥ VT I XRTF5—E(LAP),
yGTP, RIBH AR ) o WOEEL LTH
HTH5.

c. 2Hr - &R

BT TEO» O ERN 2 SRR HE ARG &
NTWaY, NEOPSCOBHIEREL LCHE
TEBERILZV. BHOT 7u—FRERS
HoOFREERE, BERBEEREEMAICBVTH
Chifk, REMEREBZ®RETS. PSCHED
N75a 3RS T HIREERIC TRER
DOEREZHS 22T S, magnetic resonance
cholangiopancreatographic images (MRCP) &
B B5PMRCPTREN L EHHAHE
WETHEEEE CRENSAONRLI L
ELIEH 5. &DHEELZERIUITFASMCE
MBI BRZE L IR EINAON L B TH B
(B 2). FH&RELECREMRITFS (autoim-
mune hepatitis: AIH) & DEHO-OEETH
b5, AIH ERLY), FEHEOZLIZEL, #1
1 C L RS R B 00 489 & O PR O B IR 0 #ie
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FF - IEEREEMREE (B8 2 h) I FrAHRRER 179

X3 EXMEEMEEROFSHERICELS
Fra8mT R (HE §53E%)
EEEBCEOHROHEEL bW 5 onion
skin lesion 2SH S5,

{bhsA b5 (B3). MR ICIZARMEILAT
JRIBIC & &% % B (portal stage), FIlRIRZ &
BB A 5 B (periportal stage), B IZHHE
E2sFalRmFE L, PIBRIR & AuORRIRIS £ CIR S
% B (septal stage) * B CHBEEIZERT 5.
AHHEE U TRERBREDIENICIEL,
MR %, BEFAREFRESR TV,
T R IX AIH OFT RASA b, PSC &
AIHDF == v TEGRB L EZ bR ER
bdH 5.

d. & - F#&

BE ARBREIVYFFE L a—-VvE
(UDCA) M &—BIRCHEA S 5. UDCADOTE

FF IR TH B4, FIIRVER, REREME
., MREAEER R EH 5. UDCAIEEL
DIEF THEEBIIZELERREOWEFEN AL
nan, BREMHREIAHTHL AT
ERBERIH LTIV AV 7EY VY
RAYF TR ERHVD, RERBEBROE
HERWEPSCORBBRIFOZ LI LITL
EREBT 5.
MNROPSCORMFHICHT 2HMEFT %
WAL R TESRERENS N U TR\ IR
Piibh2Y. ZAEETIREKITFBENETHART
5N, BHEBICBHITIC PSCHERT 250°
ELMBEE BoTWA, T FF—dSEEF
D7z HLA % EBEMEDE S S, ¥ 270
YAARRATTA Fip ERIEIHIF & OB A
EPFREIN TV APERIEOV TV RN,

3. ¥4 R PSC(PSC of neonatal onset,
neonatal sclerosing cholangitis)

FARENCIR S o WAt b BBERSHEE L D
ERAEIC R D, OB 1987 4£12 Ame-
dee—Manesme 5 7 sclerosing cholangitis with
neonatal onset & L CT8HZHELLY wih
SIREREZFT RN PSC LEL L Tw5 S,
A RCIXRERASRE & OZIIIEEETH 5.
ZDHBOMER SR INEBRENRE, B
REBOGHLZENDY, B—OEERIE, I
FHTH A, FHRITEL, FBHSLEICR A,

P8 73

1) KEFEEIRIE D JHEFSHAE update. B - EEOHW A

FHAR, 2006.

HILEREE B Ver. 3, p669-672, E

2) Desmet VJ: Ludwig symposium on biliary disorders—part 1. Pathogenesis of ductal plate
abnormalities. Mayo Clin Proc  73: 80-89, 1998.

3) Park WH, et al: A new diagnostic approach to biliary atresia with emphasis on the ultrasono-
graphic triangular cord sign: comparison of ultrasonography, hepatobiliary scintigraphy, and
liver needle biopsy in the evaluation of infantile cholestasis. J Pediatr Surg 32: 1555-1559, 1997.

4) CRIER  AEREFRE L 2VARRA
5) Debray D, et al: Sclerosing cholangitis in children. J Pediatr
6) i EHEA  RBEICRE L BRYEEEE &0 106, HIRE

NERIE 71 657-661, 2008,
124: 49-56, 1994.
104: 862-867, 2000.

7) & HRDED  HNBROREREEAMIEEROFH. PBC, PSC LB SH4EFTFES
v 77 by RSk (HTHEXHR). p32-42, 7—27 X747, 2008.

8) Wilschanski M, et al: Primary sclerosing cholangitis in 32 children: clinical, laboratory, and
radiographic features, with survival analysis. Hepatology 22:1415-1422, 1995.

9) Amedee—Manesme O, et al: Sclerosing cholangitis with neonatal onset. J Pediatr 3: 225-

229, 1987.
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A Pl

il

PRI

B i

Magnetic resonance cholangiopancreatography
(MRCP) < Drip infusion cholecystocholangiogra-
phy (DIC)-CT IC & % = RICEHHELEE (R % & O
BBHES ) 74 OMBICL D, BRELBET
» B PRFEPITHEIREREEY (ERCP) &C
NoORFIHMo TROONZ DD LD LEL D
%o L#L, MRCP % DIC-CT TREZUIZRS
+oREEIEON TV ER LR kv, L
Ao T, NS ot DFEEZ M D720 ERCP
PUEE DI EESEL B,

F 7o, BHEEE AW -RREREER Tt
JEE REEICER SN AAS, FRORE, &<
KEOELIIHHMTE LRI b DB,

H acez=

FRERARE, JERHEFERTR, MRS HIEEE
BEEDLLAIFAICE, 7, EHEBFERE
(US), Mi# CT (dynamic CT, #%# CT, DIC-
CT &L LEWIELT), MRCP & LD EREE
W REZIT ). BREMENIRE (CBD) ®
Caroli 72 KON BB X LRETHNE, =
NEDRETTHFBMAFTLONDE T AL,
JEEBASE (BA) THEZEEFICD US CTHEIEASRE
HENARV, HEVIGIEEIFEL TV THEH

Sogo Tsuyoshi Murayama Akitoshi Komatsu Haruki
Inui Ayano  Fujisawa Tomoo

* FESBURTTREMREC &b £ 7 — T
** E ARy —

(¥230-0012 HLEHHRAETHRY 3-6-1)
TEL 045-576-3000 FAX 045-576-3525
E-mail : so5244ibukick@kdp.biglobe.ne jp

« HALARARM

T A I LA AL A VAT Y

i W“: ﬁﬁf‘ X493 W*E%“B']ﬁﬁ [EREEER

Ve B0 EEAIRE

LTBDMHARICHOIH LI &, triangular
cord sign DFf AL EICL Y, BWATHETH S,
L#4 L, CBD, Caroli #, BA T LicHEi{§ti
THBTE WA IZid ERCP O#is L 4 5,
iR e LT, BE (BE, B, KE 2L
FUEBICTERESUE & & /o9, 24E, M5, R4
REOTRTHIEHE 2BV, BBL LTI, &
BIRERRG, I—F7LAFX—ICLkBT7F74
I¥V—ay s OBRER, B AWEBE
ROBHEHTHARIEYDH 256, LEVHITD
575, RIBESEHEIC & 5 BAEEELP SN

MRS £ T RARRSEOEG & L

2V,

il & =

1. BEHEER

WALHEREE 5202 HIV %, RESRLXR his-
tiocytosis 7% EASEEBEICH B 2 Kk & ERER BT
B, BRICREEBREBETEHTIERERELIC
K& FFehsbd, 72, BHICIINEEFASEE
(BA) &EDEHAYLEL 2D near-miss BA £ b
SN B H A RPRBESCEREE R @mOA T
bo WTFNOELERERDIR 1 IIRT LI %
FiREET 5%, FFRBEOREZ EMICEFMEY
HIOITIERYIEE F CHREICRN T 5 LEVND
bo EEAPTZHEBICRLETLE ) HEICE
NI—= & AT — TN & BRI RIS
L, BEEATV— 25 T8, +oIK
FFABEICEER M7,

1) LRMEHEE (multifocal stricture)

& E LR EORENIFASNOBEICS ST
IZAbhsd (B2A),
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HERIRTEAL
beaded appearance

FENRIREAE

EYres &
band-like
stricture e

~EEHEE
v diverticulum-like
outpounching
RN EG
“shaggy sign

X 1 PSC OREHEME

2) #NEIKZE(L (pruned tree appearance)

FRFEOBI AR LMD (M 2A). Zhid
TLIIEERET ABNS,

3) HIKIRZEAL (beaded appearance)

HoigRome L ERHS L Odb ikl
T REICALRE (B2B),

4) #R¥EFE (band-like stricture)

1~2mm DESOHEEEZN) (B3 A,

([E B)o

pruned tree appearance -

ny

2 PSCOERCP&

5) BA%E (shaggy sign)
SRR VHIEEEOTEN S 5N D
3 i*ﬁ%ﬂi (diverticulum-like outpounch-
ing)

7 7 4 TR BEAERD &
, 81 AR L O IS BE B
TIRIBEEAHM S hi v, SEFRELPRD 5
N7\, triangular c;)rdmslgn Bk, REICED
BA %< fEv, EMRMARAE R & FAERICLY
LA TE B, LML, BA O—EBICIZIEER 2
BBREEY, JBEYF TS 7 4 REBEK
BT, Alagille FEMERE, ¥4 JRHISEM{LYE
JEEE 8, FIEMEETHIFHIET S o @ (PFIC)
i EOMDNBH 9 o Tk R & OEBIAHE L WiE
Bl Bo TN & BPEITIE, EIRBEREE
D F #12 ERCP 25f7hh s Z &4 539, BA
THLNAD ERCP TR EBEERE 4 ITRT, &
B S B BIRE PRI L L Tw A 5678
Sund, WELTWSEZ L H 23, Ohnuma
L&, SERUEMEILRE L BB LF D,

BNEREE —>SRMERE - BERRE(E
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B3 PSCOERCP & &k — gerss

ERCP iR

BEEDHERE

{ h, BEEEY

Ehiruy,

it daptoaink i )
EDHEHETHIC
ERIhB,

RECLIEED | e, LTS | RS SBE
HERENDY, | SOOI | BESLTBH
BELEY SN | Bans, wHEREh, BF
A% PISRIC S I
D BB,

BA 49 fff 11 flicdtlE Ao, E&iE 2~
16 mm (FRME5mm) ThoZ-eELTWVS,

INODFEAASNIUL BA 255 S LATE

%705 FOMEE 92~100%, JFREIE 73~
8T% L MES T VWA,

3. ductal plate malformation
IBE K% (ductal plate) DFAEREHRE L %
BIEBDOBHTH S,
1) Caroli i :
SIEAGEH, EHETH A, HRLTVWAE S
ELH BV, NFPIIBE L IEH I o W AERIIK I

B 4 [EEEMESRED ERCP 7505 I

WART 58, BB AES 2 2 & A LR
REDEH B,

2) EXRMUFEME

FFPBE ML, BESh2VIELD
%o NTPIBEASER SN 236 IR L2 IRsg
BHOHN, KEOMOBEE “berry-like dila-
tion” & LiEh B & J IR 2%, FFoMIBEI5E
HHIRL v,

4. Alagille fEfEa
W GOBEBS &S IER MR, 53
WHATTRE Ty 4%, & & ICJHMBISHAE & D&
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» ?
(Balistreri 5, 2001)

BRELDENDH B, FRSONREILE DD TH
WO TH Y, FHEEIEEShEnS L
A% L, BHRENTHHML, BERTH21,

5. %&XREREEHRIE (CBD)

CBD (R PR S K E L 5 D124
sha (%, ®5™Y, CBD 0Bl i@Es, —
a—% CT 2 EOIERBMAE THETH 578,
IS OEBRETREEZE O, B WEEIC
2 ERCP FHTH 5, £/, Todani 755 I &
TIERBRICHERE SRR E &0 525, el
DPEIBE & F R % O 7 2 FE I 1 ERCP ¢
HFHTHA (B6),

6. WIEERSG
EE B E RS CT % U TRE Wi TH

‘®6 CBD (Todani £ 1B)
—fFE BT o EREEERS
C> 3R U - 408%

A%, THHAEEICRE L Az a—TEh
A AL ED artifact THEEFEBELZZELH D,
WY T ARGDV R TIE CT T 2
BT HIEDVDHE, COLIREEICE
ERCP THIFEMNICELH OB KERA LR
i, BEHAPTMRETDH Y, TOF AR, Ak
FEMCBATTAIENTES (A7),
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B 7 BEESEONESNS

A REERICERICSBREXBEEBD S (&), B ALEE (&) IC/5L—C %A L, ABEHINLE
IS0 — AHRERIHETT, C 1 /S — 2 IC kW ILTREB AR S N, D 2D, BERER/L— 1 T8
BFEADHREREL 2o THEBRICKRESNAERO—BIFA5h3 (1),

B sbuic

/NB® ERCP 3475 0 T RS EHE BT E &
)74 —DfBEL B, YoESNABTH B,

R OWEZH TR E BT A5 L WA H

HRRAEFETH B,

Key Points

@ PSC T, FFHEE ICHEBMNEREN &
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